Abstract A polymorphic CA repeat (locus name DXSl178) was isolated from a 1-megabase YAC (OTCC) containing the OTC gene, located at Xp21.1. However, amplification in human-rodent hybrid cells and segregation analysis in three CEPH families mapped the DXSl178 locus at Xq 13.
Source~description. A 1-megabase YAC, OTCC, was isolated by screening the Washington University yeast artificial chromosome (YAC) library (Brownstein et al. 1989) with primer sequences derived from the OTC gene (Fujita et al. 1993 ). The OTCC YAC was localized to Xpl 1.3-p21.1 by fluorescence in situ hybridization; however, analysis of derivative clones indicated that OTCC was a chimeric clone. A 450-kb MluI fragment adjacent to the OTC gene was purified, digested with HindIII and subcloned into pBluescript KSII plasmid (Stratagene). Hybridization of about 200 independent plasmid clones with a poly (dC-dA) probe (Pharmacia) identified a 0.8-kb subclone, OCP1B. The sequence of OCP1B (locus DXSl178; GenBank no. U07360) revealed a segment (CA)2TA(CA)14TACA(CT) 8. The primers flanking the repeat amplified a 167-bp fragment in OCP1B and revealed a dinucleotide polymorphism in 65 unrelated individuals. Inheritance. X-linked segregation was observed in two large three-generation families with X-linked retinitis pigmentosa and in CEPH families 884, 1331, and 1333. Alleles in mothers from CEPH families are: 884-2 (A3, A4); 
